Introduction {#sec1-1}
============

Rosai--Dorfman disease or sinus histiocytosis with massive lymphadenopathy (SHML) was described by two pathologists Rosai and Dorfman in 1969.\[[@ref1]\] They described this entity in young black males who presented with bilateral, painless, massive cervical lymphadenopathy with a waxing and waning course with or without constitutional symptoms.\[[@ref1]\] It is one of the non-Langerhans cell benign histiocytosis. It mainly presents as painless lymphadenopathy, mostly cervical (90%)\[[@ref2]\] or other nodes with associated extranodal involvement (28%--43%).\[[@ref3]\] Among the extranodal sites, eye, orbit, and ocular adnexa are common sites among others.\[[@ref4]\] Isolated eyelid lesion with no systemic manifestation is very rare. In this case report, we discuss a case of unilateral, isolated eyelid Rosai--Dorfman disease.

Case Report {#sec1-2}
===========

A 16-year-old male presented with a right upper eyelid mass which was gradually increasing in size and was associated with drooping of the eyelid since 5 months. The patient was being treated conservatively with a misdiagnosis of chalazion. On presentation to us, the child had a well-defined mass in the upper eyelid. There was no significant systemic history. On examination, the visual acuity in both eyes was 20/20. There was a firm nontender mass in the upper eyelid measuring 25 mm × 20 mm × 5 mm and involved the medial two-third of the upper eyelid from the lid margin to just below the orbital rim. Posterior border of the mass was palpable and displayed no fixity to the overlying skin or the underlying conjunctiva. The upper eyelid margin was thickened with loss of eyelashes in the medial two-third \[[Figure 1](#F1){ref-type="fig"}\]. Rest of the anterior and posterior segment was within normal limits. The left eye was normal. Systemic examination was normal. With a clinical diagnosis of the right upper eyelid benign lesion, excisional biopsy of the lesion was performed. Intraoperatively, the mass was well-defined with a pseudocapsule superiorly but was infiltrating the tarsus and the eyelid skin at the eyelid margin. Near-total excisional biopsy of the lesion was performed and the eyelid defect was closed by direct closure with advancement flap. The excised mass was sent for histopathological examination.

![Clinical presentation of isolated eyelid Rosai--Dorfman disease. (a) The child presented with unilateral upper eyelid swelling. (b) The lesion involved medial two-thirds of the upper eyelid with loss of eyelashes, prominent meibomian gland orifices, and thickening of upper tarsus and tarsal conjunctiva. (c) The child underwent eyelid tumor debulking and intralesional steroids followed by eyelid reconstruction with Cutler--Beard eyelid sharing surgery. (d) There were no signs of tumor recurrence at 1-year follow-up](OJO-11-300-g001){#F1}

Grossly, the lesion was well-defined with the lobulated surface. It was firm and rubbery in consistency. On cut section, it had focal yellowish areas within the lesion. Histopathologically, polymorphous population of cells consisting of mature lymphocytes and plasma cells interspersed with histiocytes were seen. Histiocytes were large with a vesicular nuclei and abundant cytoplasm with engulfed lymphocytes and plasma cells, a phenomenon called lymphophagocytosis or emperipolesis, which is a hallmark of Rosai--Dorfman disease. On immunohistochemistry, the characteristic histiocytes stained positive with CD 68 and S-100, thus confirming the diagnosis of Rosai--Dorfman disease \[[Figure 2](#F2){ref-type="fig"}\].

![Histopathology of Rosai--Dorfman disease. (a) Biopsy showed lymphohistiocytic infiltrate (H and E, ×4). (b) The histiocytes had vesicular nuclei with eosinophilic cytoplasm, and some showed emperipolesis (red arrows) (H and E, ×40). The infiltrating histiocytes stained positive for (c) CD 68 and (d) S100, confirming the diagnosis of Rosai--Dorfman disease](OJO-11-300-g002){#F2}

The edges of the advancement flap being friable gave way after 3 days, and the child then underwent a Cutler--Beard flap to close the defect with injection of intralesional steroids to the residual eyelid lesion. Six weeks later, the flap was divided. At 1-year follow-up, the child is doing well with no evidence of recurrence \[[Figure 1](#F1){ref-type="fig"}\].

Discussion {#sec1-3}
==========

Rosai--Dorfman disease or SHML usually presents with nodal involvement which may or may not be accompanied by extranodal involvement. Presentation to ophthalmology clinics is usually due to proptosis, ptosis, uveitis, or conjunctival mass.\[[@ref4]\] In the eye, the orbit is the most common site to be involved.\[[@ref5]\] Isolated eyelid involvement without nodal involvement in Rosai--Dorfman disease is uncommon.\[[@ref4][@ref6]\] Eyelid involvement in Rosai--Dorfman disease is mostly by contiguous spread from adjacent tissues such as orbit or paranasal sinuses.\[[@ref7][@ref8][@ref9]\] A single case with eyelid involvement with isolated cutaneous patches over the chest and legs was reported by Prabhakaran *et al*., in their series of five cases presenting in the orbit and adnexal regions.\[[@ref10]\] In a series of seven patients by Vemuganti *et al*., two cases presented with eyelid involvement predominantly, although there was involvement of adjacent structures too.\[[@ref5]\] Thus, suspicion levels are low when isolated eyelid involvement is seen in Rosai--Dorfman disease, making diagnosis even difficult.

Rosai--Dorfman disease mainly affects the sinuses of the lymph nodes, and less commonly the interfollicular area of the lymph nodes. The lymph nodes are infiltrated with distinctive histiocytes with round or oval vesicular nuclei with well-defined, delicate nuclear membranes and a single prominent nucleolus.\[[@ref5]\] Emperipolesis is the presence of viable lymphocytes (lymphophagocytosis) in cytoplasmic vacuoles of histiocytes and is the hallmark of Rosai--Dorfman disease.\[[@ref4][@ref5]\] In the extranodal variant, more fibrosis is seen with lesser histiocytes and emperipolesis as compared to the nodal variant, which makes histopathological diagnosis difficult.\[[@ref5]\]

This disease has a waxing and waning course with about 50% of cases needing treatment. Various treatment options include intralesional and systemic steroids, systemic chemotherapy, radiotherapy, and debulking of the lesion depending on the severity of the symptoms and to correct the functional and cosmetic deformities.\[[@ref5]\] Recurrences are common and need a regular follow-up.\[[@ref5]\]

The present case showed isolated eyelid (extranodal) involvement and responded well with surgical excisional biopsy and intralesional steroid. This case highlights that Rosai--Dorfman disease should be considered as one of the differential diagnoses when a patient presents with an atypical eyelid lesion.
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